


























































































































































































































































1	 2	 3	 4	 5	 6	 7	 8	 9	 10	 11	 12	






















age	at	onset	(yrs)	 7	 1	 3	 3	 2	 3	 0,1	 4	 1	 3	 1	 4	
Previous	publication	 [7]	 [8]	 *	 [1]	 [1;	6]	 [1]	 [9]	 [1]	 *	 *	 *	 *	
LRBA-directed	treatment	before	SCT	
steroids	 X	 X	 X	 X	 X	 X	 X	 X	 X	 X	 X	 X	
rituximab	 	 	 	 	 X	 	 X	 X	 X	 X	 	 X	
abatacept	 	 	 	 	 	 	 	 	 	 	 X	 	
sirolimus	 	 	 	 X	 X	 	 X	 	 	 X	 X	 	
hydroxychloroquine	 	 	 	 	 	 	 	 	 	 X	 X	 	
MMF	 	 	 X	 	 	 	 	 X	 X	 X	 	 	
azathioprine	 X	 	 	 	 	 X	 X	 	 	 X	 	 	







	 	 CSA/FK	 	 not	
specified	
IVIG	 X	 X	 X	 X	 X	 X	 X	 	 X	 X	 X	 X	

































































age	at	HSCT	(yrs)	 13	 12	 7	 11	 10	 6	 11	 10	 3	 16	 9	 10	

































X	 X	 X	 X	 X	 X	 X	 X	 X	 X	 X	 X	
Treosulfan	 X	 	 	 	 	 	 	 	 X	 	 X	 	
Busulfan	 	 X	 X	 	 	 	 	 	 	 X	 	 	
Thiotepa	 	 	 	 X	 	 X	 X	 	 	 	 	 	
Melphalan	 	 	 	 	 X	 X	 X	 X	 	 	 	 X	
aGvHD	 	 	 	 	 	 1°	(skin)	 1°-2°	(skin)	 	 	 	 	 	
cGvHD	 	 	 	 	 	 	 	 	 	 limited:		
eye,	gut	
	 	
peri-SCT	infections	 	 	 	 aspergillosis	
&	CMV		
(pre-SCT)	











































overall	survival	 X	 X	 X	 	 X	 	 X	 	 X	 X	 X	 	
























































































parenchymal lung disease | LIP | GLILD
arthritis





































































































3 good partial remission (no treatment)
2 partial remission (receiving therapy)
4 deaths (TRM)
A
B
